Background and Purpose: We recently described an autosomal dominant syndrome characterized mainly by recurrent strokes and neuroimaging evidence of leukoencephalopathy. We now report the pathological findings in one of the affected subjects.
W
e recently reported the prospective survey of a French family presenting an autosomal dominant syndrome with strokelike episodes and leukoencephalopathy.' Of the 45 family members studied, nine had transient ischemic attacks and minor or major strokes with neuroimaging evidence of small deep infarcts and a widespread white matter disorder. Eight other family members were clinically normal but had identical neuroimaging signs of leukoencephalopathy.
We now report the pathological findings in one of the nine clinically affected subjects.
Case Report This previously healthy woman (family member 111-19 in Reference 1) was 40 years old in 1971, when she first experienced a grand mal seizure. She On electron microscopic examination, the endothelial cells and basal lamina of the arteries and arterioles of the white matter were normal, whereas the media was markedly thickened by a deposit containing collagen, a few elastic fragments, and a granular electron-dense extracellular material (Figure 3) . This Thus, in these five families, there appears to be a new autosomal dominant condition characterized clinically by recurrent strokes and dementia in the absence of hypertension, macroscopically by multiple small deep infarets and leukoencephalopathy, and microscopically by a small-artery disease different from arteriosclerotic and amyloid angiopathies. A very similar condition has been reported in nonfamilial cases'0,1" and in two Japanese brothers belonging to a family with a high degree of consanguinity.12'13 Other families with subcortical ischemic strokes, dementia, and leukoencephalopathy have been reported, but without pathological data. '4"15 The striking similarity of all the above mentioned cases suggests the same underlying condition, which might be much more frequent than presently estimated. However, this cannot be firmly established until the cause of the present disease and its underlying genetic defect are elucidated.
